Abstract: Chromosome 6 deletions are very rare (1,2), and deletion 6q syndrome is clinically characterized by mental and/or neuromotor retardation and microcephaly (3). Other alterations frequently observed are decreased biparietal diameter, hypertelorism, hypotelorism, absent eyebrows, prominent eyes with ptosis, receding chin, dysmorphic ears, large extremities, prominent nasal bridge, long philtrum, epicthus, strabismus, and micrognathia (3-5). Laryngomalacia is the most common congenital laryngeal anomaly and the most frequent cause of stridor in infants (6-11). We report the case of a 14-yearold male patient with both deletion 6q syndrome and laryngomalacia, who we treated for multiple dental caries. He had a medical history of tracheotomy at age 11 years for laryngomalacia, and has suffered from epileptic attacks and aspiration pneumonia over the last 2 and 6 years, respectively. Since he was mentally retarded and in a poor respiratory state, dental treatment under general anesthesia was scheduled in our hospital. General anesthesia was induced and maintained using 30% nitrous oxide and 1-3% sevoflurane in oxygen through the tracheotomy tube. Pre-and intraoperative endotracheal suction improved the condition of both lungs markedly and the procedures were uneventful and completed in 2 h and 58 min. (J. Oral Sci. 50, [493][494][495] 2008) 
Case Report
The patient was a 14-year-old boy, weighing 30 kg and 128 cm in height. He was born after a 36-week pregnancy by emergency caesarian section owing to a faint heart sound, weighing 1,720 g. At birth, he showed polydysplasia, such as duodenal atresia, patent ductus arteriosus, lateroflexion of the second and fourth toes and ocular hypertelorism. The patient was diagnosed as having deletion 6q syndrome. The points of breakage of chromosome were not identified in this case and his family medical history was unremarkable.
He had two operations for duodenal atresia at age 3 days and for patent ductus arteriosus at age 3 months. He also underwent tracheotomy at age 11 years for laryngomalacia. His medical history includes epilepsy in the last two years and frequent aspiration pneumonia starting from age 8 years as a result of his eating difficulties.
For the dental treatment of multiple caries, systemic management including general anesthesia was scheduled at our hospital. We applied general anesthesia for his dental treatment because he had mental retardation and required treatment for multiple caries under stable respiratory conditions. His attending pediatrician agreed with the decision to perform dental treatment under general anesthesia.
Preoperative chest X-ray revealed marked radiopaque areas in the superior, middle, and inferior lobes of both lungs, and oxygen saturation in room air was 90-92%. Preoperative chest X-ray showed signs indicating an air bronchogram, which indicated pneumonitis. Peripheral pulmonary alveolar sounds were moist and included rales.
Blood test showed slight anemia with hemoglobin at 11.3 g/dl. His current drug regimen included theophylline, ambroxol hydrochloride, tulobuterol, L-carbocisteine, sulfamethoxazole trimethoprim, sodium valproate and tulobuterol tape.
There were several problems related to the management of this patient; mental retardation, low oxygen saturation (90-92%), radiopaque lungs, moist breath sounds with rales, epilepsy, tracheostomy, slight anemia and dysphagia.
He was fasted for 9 h. Premedication was intrarectal administration of 3 mg of bromazepam 40 min before the induction of general anesthesia. General anesthesia was induced using 30% nitrous oxide and 3% sevoflurane in oxygen through the tracheostomy tube. After adequate depth of anesthesia was obtained, a mass of yellow glutinous secretion was removed through the tracheotomy tube. An antibiotic agent, cefazolin sodium, was administered perioperatively to prevent respiratory crisis. General anesthesia was maintained using 30% nitrous oxide and 1-3% sevoflurane and oxygen in combination with local anesthetic, 2% lidocaine. Suction was repeated 45 min after the start of surgery. His respiratory condition was markedly improved by endotracheal suctions, which was recognized by postoperative chest X-rays.
His four residual deciduous teeth were extracted, three decayed teeth were filled using composite resin (lower left first molar and upper bilateral first anterior teeth), and preventative filling was carried out for other permanent molar teeth. Furthermore, dental calculi were depleted. Dental treatment was successfully completed in 2 h and 58 min without any intraoperative complications. He passed urine and ingested food 30 min and 5 h after surgery, respectively. There were no complications postoperatively, and the patient was discharged from the hospital the next day.
Discussion
Chromosomal imbalances involving chromosome 6 in humans are uncommon (4) and chromosome 6 deletions are very rare (1,2). The most striking features are severe mental retardation and facial dysmorphisms (4, 12) . Oliveira-Duarte et al. reported that deletion 6q syndrome is clinically characterized by mental and/or neuromotor retardation and microcephaly (3). Other alterations frequently observed are decreased biparietal diameter, hypertelorism, hypotelorism, absent eyebrows, prominent eyes with ptosis, receding chin, dysmorphic ears, large extremities, prominent nasal bridge, long philtrum, epicthus, strabismus, and micrognathia (3) (4) (5) . The features of this syndrome vary substantially (1,2,4,5,13,14) .
Our patient showed multiple congenital anomalies related to deletion 6q syndrome: mental retardation, duodenal atresia, patent ductus arteriosus, lateroflexion of toes, and ocular hypertelorism. Fortunately, these were not related to the risks of general anesthesia. Laryngomalacia is the most common congenital laryngeal anomaly and the most frequent cause of stridor in infants (6) (7) (8) (9) (10) (11) , and is usually a benign condition that disappears as the child grows up, usually without requiring treatment (11) . Laryngomalacia is a condition in which the laryngeal tone is weak, which results in dynamic prolapse of supraglottic tissue into the airway, causing inspiratory stridor and airway obstruction (10) . Its distinctive features are collapse of the arytenoids, epiglottis and aryepiglottic folds, usually during the inspiratory phase (11) .
On the other hand, causes of a difficult airway in children include congenital abnormalities that are present with varying degrees of chronic obstruction, such as laryngomalacia, glottic webs, hemangiomas, vascular rings or hypoplastic mandible (15) . Smith et al. reported that infants with laryngomalacia, even mild cases, can be difficult to be anaesthetize because of difficulties in artificial manual ventilation (16) .
In this case, preoperative chest X-ray revealed marked impermeability in both lungs and oxygen saturation on room air was 90-92% due to frequent aspiration pneumonia. Therefore, it is necessary to prevent respiratory complications under general anesthesia. However, his usual respiration through the tracheostomy tube and perioperative respiratory management was relatively smooth. If he had not undergone tracheostomy previously, his airway management would have been very difficult during both induction of and emergence from general anesthesia.
Our case report confirms the importance of evaluating the physical status of a patient with deletion 6q syndrome and/or laryngomalacia.
